Introduction {#sec1_1}
============

Steatocystoma multiplex (SM) is a rare hamartomatous disorder of the pilosebaceous duct, manifesting clinically by multiple asymptomatic small dermal cysts \[[@B1]\]. Most of the cases of SM are sporadic and rarely inherited as an autosomal dominant trait, which is linked to a mutation in exon 1 of keratin 17 (KRT17) \[[@B2], [@B3]\]. SM starts in adolescence or early adulthood, but earlier and later onsets have been reported too, without gender or racial predilection \[[@B4], [@B5]\]. Clinically, SM manifests as skin-colored to yellowish, firm, cystic, or dome-shaped papules or nodules, with areas of involvement including the neck, chest, trunk, arms, axillae, and groin, but rarely the face and scalp \[[@B6], [@B7]\]. Inflammatory variants with lesions, resembling features of acne conglobata or hidradenitis suppurativa, have been reported in a few cases \[[@B8], [@B9], [@B10]\]. Giant SM -- more than 20 mm -- is extremely rare, and some cases of this giant form were recently reported as having an association with recurrent mutation in the KRT17 gene \[[@B7], [@B11], [@B12]\]. Here, we report a rare variant of SM with giant lesions on the neck, face, and scalp.

Case Presentation {#sec1_2}
=================

A 28-year-old male patient presented with a history of progressive non-tender skin-colored nodules over the scalp, face, neck, trunk, and axillary regions for 10 years. The lesions were mostly asymptomatic, although at times became inflamed and ruptured spontaneously, discharging a small amount of yellowish oily material. Past clinical history was unremarkable. The patient\'s father and two of his siblings had similar lesions, yet theirs were smaller and asymptomatic.

Physical examination revealed multiple, firm, skin-colored 0.5--1 cm subcutaneous nodules over the chest, abdomen, back, axillae, and extremities. The patient also exhibited multiple, giant, mobile, skin-colored subcutaneous nodules, approximately 4--6 cm in size, on the forehead, scalp, and neck (Fig. [1](#F1){ref-type="fig"}). There were fluctuant nodules and sinuses located in the axillary region (Fig. [2](#F2){ref-type="fig"}). Two excisional biopsies were carried out, revealing cysts lined by squamous epithelium with sebaceous glands (Fig. [3](#F3){ref-type="fig"}). A diagnosis of steatocystoma multiplex suppurativa (SMS) was made based on clinical and histopathological findings.

Discussion {#sec1_3}
==========

First reported by Jamieson in 1873, SM is a rare sporadic, often inherited autosomal dominant trait, resulting from a mutation of keratin 17 on chromosome 17q21.2 \[[@B2], [@B3], [@B11], [@B13]\]. This mutation has been reported in pachyonychia congenita type 2, which involves SM as part of its clinical manifestation \[[@B14]\]. In our patient, although family history was positive, indicating the possibility of an autosomal dominant trait, no changes were found in the mucous membranes, hair, or nails.

SM consists of a spectrum of clinical morphology and anatomical distribution. Characteristically, it presents with multiple skin-colored dermal cysts on the trunk, axilla, groin, and proximal extremities \[[@B1]\]. In the literature, however, there are rare SM presentations reported for the breasts, face \[[@B15], [@B16]\], and scalp \[[@B17], [@B18]\], but in most of these atypical cases, the lesions were localized and limited to a single anatomical location.

Kim et al. \[[@B6]\] differentiated typical SM from SM limited to the scalp. They classified the typical form as mostly hereditary, appearing in childhood and early adulthood, with SM limited to the scalp as being sporadic and appearing in late adulthood. Lee et al. \[[@B17]\] reported sporadic cases of SM presentation limited to the scalp, with alopecia patches due to trichotillomania.

A case somewhat similar to ours involving face and scalp lesions of 10 years was recently reported by Vukicevic \[[@B19]\] in 2017. The patient, however, was a sexagenarian with a history of trauma without any family history, and was eventually treated with CO~2~ laser. Our case was referred for surgical excision.

While etiology of SM remains elusive, there have been reports indicating infection, trauma, and/or immunological insult as being responsible for it. Our patient did not demonstrate a history of trauma or infection. Clinical diagnosis of SM is confirmed by histology in order to exclude follicular infundibulum tumors, milia, epidermal inclusion cysts, and eruptive vellus hair cysts. The pathognomonic histopathological feature of SM is the presence of sebaceous lobules close to the cystic wall, made up of flattened, stratified squamous epithelium lacking a granular layer \[[@B1]\].

In 2016, Santana et al. \[[@B9]\] reported the first case from Brazil similar to ours, in which a young female presented with inherited SMS for 11 years, whereas Fekete and Fekete \[[@B8]\] reported a case of sporadic generalized SM with a partial suppurativa variant; this developed at some point in a young male patient, with a disease duration of 20 years. Concurrent presentation of SM with hidradenitis suppurativa is reported in the literature, although Hollmig and Menter \[[@B10]\] also reported a case similar to ours, having a strong familial link in a female and her sister, both with SM and hidradenitis suppurativa occurring simultaneously.

Various treatment modalities are used for SM, ranging from yttrium aluminum garnet and CO~2~ laser, intralesional steroid injections, tetracycline ointment, and oral isotretinoin or cryotherapy. However, surgical excision remains the mainstay in most cases \[[@B3], [@B5], [@B6], [@B11]\].

Our patient was a rare case of typical SMS affecting the scalp, neck, and face, and was referred to dermatological surgery for definitive treatment.
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